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nguuu, nenpuBaunu cHa. Eciu O3T 6oapcTBoBaHUS He-
MH(bOpMaTUBHA, TO cleAyeT NpoBoauTh DDI' B cOCTOSIHUU
cHa. Metononorust DD -MOHUTOPUHIA CHA, OTpabOTaHHAasI
HaMM, MTO3BOJISIET TIOJIyYaTh BICOKOMH(OPMATUBHBIC 3a-
nmucu 60apCTBOBaHUS U cHa 3a 40—60 MUHYT.

®okanbHbIE M BTOPUYHO-TEHEPATM30BaHHbIE TTPUCTYIIbI,
a Takke Hanuure (oKaabHbIX DD -aHoMauii TpeOyIOT BbI-
SIBJIEHUSI CTPYKTYPHBIX MMOBPEXIEHUI Mo3ra. MeToqoM Bbl-
Oopa i BU3yaJlM3allii FOJIOBHOTO MO3ra CETOHSI SIBJISIETCS
MarHUTHO-PE30HAHCHAsl TOMOTpadusi, KOTopasi CYILIECTBEHHO
MPEBOCXOIUT KOMITBIOTEPHYIO TOMOTpaduio Mo pa3peliaro-
el cnocooHoctu. B Hactosiiee BpeMs cyiectsytor MPT-
TEXHOJIOTUM, KOTOPbIE YJIYYIlAIOT BbISIBIEHUE KOHKPETHBIX
BUJIOB ITAaTOJIOTMUY — AUCIUIa3Ui, COCYIHMCTBIX MaJTb(opMariuii.
3a rocJjieIH1E ToIbl BhIIBIEHME LiepeOpaTbHbIX MATb(opMarimii
y OOJIbHBIX C SMWIETICHEl 3HAUUTETbHO YBeIMIMIOCH. JIJ1sT c-
KJTIOUEHUSI yPreHTHOM MHTpaliepeOpaibHOM ITAaTOIOT N MOXKET
HCTOJIb30BATLCSl KOMITbIOTEpHAsT ToMorpadusi Kak oosee 10-
CTYITHBII 11 00J1ee OBICTPBII METO/, AOCTATOYHBIH /1151 BBISIBIIE-
HUST HEUpOXUPYPruIecKoi maTonoruu, KpopousnusaHuit. [pu
3JIEKTPOrpauueckoM MOATBEPKIECHUY TTEPBUYHO-TEHEPAIU-
30BaHHBIX MPUCTYIOB (CYIOPOXKHBIX, A0CAHCOB, MUOKJIOHUIA)
U B OTCYTCTBME HEBPOJIOTMUYECKOTO NeduinTta npoBeieHue
HepOBU3yaIN3allii CTAHOBUTCS HEOOS3aTeTbHBIM.

I1pu nogo3peHnn Ha TICeBIOANMUIETITUYECKIE TTPUCTYIIbI
WJIY 3aTPYTHEHUSIX B KJIaCCU(PUKALMU PUCTYITOB TTOKa3aHbI
BUAC0-DD [ -MOHUTOPUHT WX aMOyIaTOpHBIN DD -MoHU-
TOpUHT (xoaTep-D3TI). [1ceBnoanuienTuiecKue MpucTyIbl
BepUGUIUPYIOTCS C TOMOIIbIO BUuIeo-DD-MOHUTOpUHTa
C MpOBeIeHUEM I11a1e00-MpPOoOHI.

Ecnu npoBoautcs nuddepeHumanbHas AMarHoCTUKa
MEXJy CUHKOMATIbHBIMUA COCTOSIHUSIMU U 3MWJIENTUYECKUMU
MPUCTYNaMU, HAMU UCTIOJIb3YeTcst aMOy1aTOPHBIA MOHUTOPUHT
OKI, tunr-tect (Kadenpa nenuatpun YHUIT1O JonHMY) i
DBOI'-MOHUTOPUHT ¢ KaparoKaHaaoM («AKCOH-M»).

JnarHocTuKa 3MUIeNTUYEeCKUX dHIedasonaTuii cero-
JIHSI TIPOBOAMUTCSI C YU€TOM AaHHBIX DD -MOHUTOpUHTA CHA
U KOTHUTWBHBIX BbI3BAHHBIX MOTEHIIMAIOB, YTO MO3BOJISIET
00BEKTUBHO OLIEHUBATh CBSI3b MEXK/TY JIOKYCAMU KOTHUTUBHOM
JTUCGhYHKIMU Y 3NUJIENTUYECKUMU pa3psilaMU U MX IUHAMUKY.

B curyauuu apmMakope3nucTeHTHBIX SMUIENCHIA MO~
Ka3aHa OLIeHKAa IMMYHHOI0 CTATYCA NALMEHTA N0 JAHHBIM
HUMMYHOTPaAMMBbI KPOBH, MOKa3aTejeil NPOHULAeMOCTH
remMato3nuedaanyeckoro d0apbepa U MHTPATEKAIbHOIO
CHHTE3a HMMYHOIJIOOYJIMHA. DTO MOXKET MOATBEPAUTH
HaJnJie ayTOMMMYHHOTO KOMIIOHEHTAa B (hOpMHUPOBAHUU
thapmakope3auCTEHTHOCTH. Y 00JIBHBIX C H3BECTHOI MATO-
JIOTUYECKOM U3BUTOCTHI0 COHHbIX aPTEPUii M X BETBE Mpo-
BejieHue aonimieporpaduu mo3BoisieT BbIABIATb 3HAYUMbIE
HapPYUIEHHUs FTeMOIUHAMUKH, KOTOPbIE TAKKE UTPAIOT POJb
B pa3BUTHH (PApMaKOPEe3UCTEHTHOCTH.

Koppexkiius Tepanun y papMakope3rCTeHTHBIX TallueH-
TOB IIPU HAIMYMHY TOOOYHBIX 3 (HEKTOB (0COOEHHO MPH IO~
JIUTEpaIvu) Wiy MpU MOA03PEHUU HA HEKOMILIAMEHTHOCTh
MPOBOAUTCS MO KOHTPOJIEM YPOBHSI aHTUKOHBYJIbCAHTOB
B KPOBHU.

Metonbl Tepanuu, npumeHsiemole B JJOACIIL, npen-
CTaBJIEHbl TOAOOPOM aHTUKOHBYJILCAHTOB B COOTBETCTBUM
C MPUCTYNaMy UJIW CUHIPOMOM. ba3oBbIMU MpemnapataMu
SIBJISIIOTCS TeTNaKuH, Kenmnpa, okcanud. [Ipu Haamaum
(hapMakope3uCTEHTHOCTH MCIOJIb3yeTCS] MMMYHOTEpA-
nuss — Ha3HavawTcsa koprukoctepounsl uiam AKTT, npo-
BOAMTCA MIa3Madepe3, BHYTpUBeHHbIe HH(Y3UH HMMYHO-
IJI00YJIMHOB. DTH MOIX0/IbI OTPAZKEHbI B COOTBETCTBYIOIIMX
MeToanYecKnx pekoMmeHnanusax. Ilpu ctatycHoM TedeHun
SMUJIENICUN WIH NPEACTATYCHOM COCTOSIHUM BO3MO2KHO IPO-
BeJleHHe IKCTPAKOPNOPAIbHOTO HACBIIIEHUS SPUTPOLUTOB
AHTUKOHBY.JIbCaHTAMHU. IIp1 HAJTMYMH PACTOPMOKEHHOCTH H
(byHKIMOHAILHBIX TUNIEPKUHE30B (TPEMOP) PEKOMEHI0OBAH
Kypc rammazate B, mo 1 apaxe 2—3 pasa B JeHb Ha npo-
TSKEHUU Mecsa.

[Ipaktuxkyemsie B JOJACIIL meTtonsl obcienoBaHus
Y JIeYeHMSI JeTell ¢ SMUISTICUSIMU TIO3BOJISIIOT JTOOMBAThCS
XOPOIIUX PE3YJIBTATOB — YJIy4llIeHUEe HACTYTAeT Y OOJIbIIMH-
CTBa malMeHTOB. I1polieHT ciyyaeB, Korga Tepamnusi Obuia
HeadGekTUBHOM, cHU3MICA 10 1,5—3,4 % B mocneaHue 5 1eT.

Takum 06pa3zoM, KOMILIEKCHOE o0cienoBaHe peOeHKa
C MapoKCHU3MaJbHBIMU PACCTPOMCTBAMU, OXBAThIBAIOIIIEE
BCE BO3MOXHBIE acMeKThl MaTOreHe3a IMUISTTTUIECKUX
Y HESMUJIETITUUYECKUX PACCTPONCTB, MO3BOJSIET OBICTPO
YCTAaHOBUTH MPAaBUJIbHBIN AMArHO3 U HavyaTh aJeKBaTHOE
JieueHue.
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XAPAKTEPUCTUKA SMUAENTUHECKOTO
CUHAPOMA'Y AETEUN TPYAHOTIO BO3PACTA
C MAAb®OPMALINAIMU KOPbl TOAOBHOIO

MOZ3rA

Pa3Butue MosiekyasspHOL OMOJIOTUM, TEHETUKU, PaTO-
JIOTUM MO-TIPeKHEMY BHOCUT KOPPEKTUBBI B OoJiee TIy0o-
Koe IMOHUMaHue poJiv MalbdopMalirii FoJOBHOTO MO3ra B
CTPYKTYype 3a00J1eBaHUIA HEpBHOM cUCTeMbl. MHOroJjieTHee
M3yyeHUe KIMHUIECKUX MaTb(hopMalinii TOJIOBHOTO MO3ra y
JeTeit Ha Kadeape 1eTCKOI 1 0011eit HeBpOJIOTMU JaeT OCHO-
BaHMe YTBEPKIATh, UTO HAPSIAY C 33JePKKOM MCUXUIECKOTO
pPa3BUTHS M IBUTATEIbHBIMU PACCTpOMCTBAMU HauboJee
YaCThIM CUHIPOMOM KOPKOBBIX IMCT€HU I TOJIOBHOTO MO3Tra
SIBJISIETCS AMUIETITUUECKUIA.

B HacTosiniee Bpems MosiBiiieTCs Bce OOJIblle JaHHBIX,
JTOKa3bIBAIOIIMX, YTO B MATO(U3MOTOTMIECKIX MEXaHU3MaX
SIMUIETITUYECKOTO MApOKCU3Ma OOJIbIIIast pOJIb MPUHAIEXKUT
HEe TOJIbKO M3MEHEHMSIM KJIETOYHOTO MeTabou3Ma, HO U
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TeHEeTUYeCKU NEeTePMUHUPOBAHHBIM HApYIIEHUSIM OOMEH-
HBIX (MeTaboIMYecKrx) MPoLecCOB ToJOBHOTO Mo3ra. Ha
CETOHSILIHUI IeHb MHOTHE (hOPMbI AMUJIETICUI UMEIOT 10-
KazaHHbIe HapyllleHUsI (YHKIMI MOHHBIX KaHaoB. MHOTHE
aBTOPbI YKa3bIBAIOT Ha coueTaHue MalbdopmMalinii Mo3ra ¢
aHOMAaJIMSIMUM PaccTPOMCTB MeTabonu3Ma (Jalle Helipome-
JIMATOPHBIX), MPEATNOIOKUTETBHO KOAUPYIOITUMUCS OMTHUM
MYTaHTHBIM TeHOM. MI3BeCcTHBI 3a00J1€BaHMsl, TPU KOTOPHIX
y 6OJILHOTO HAPSIAY C SMUIPUNAIKAMU UMEIOTCSI CUMITTOMBI
HeWpOMEeIMaTOPHBIX PACCTPOMCTB U HapyllIeHUsT (PyHKIIUI
noHHbIX KaHanoB: cuHapoM [CCA (infantile convulsions and
choreoathetosis); ayrTocOMHO-TOMUHAHTHAast MUKpoLiedavst
C MOJIMMUKPOTUPUEN, aHOMATMSIMU CTBOJIA MO3Ta U 6a3aib-
HBIX raHIJIMeB. Ha ceromHsiHuii 1eHb U3BECTHBI COCTOSTHUSI,
P KOTOPBIX Y OOTbHBIX C HAPYIIEHUEM TIMLIMHOBOTO 0OMe-
Ha (IIMUMHOBas sHUEedanonaTus), 1e(UIIMTOM TpaHCIopTa
LIyTamara, BATAMUHA B, HEU3MEHHO MOSBIIAIOTCS CYI0POrU
B paHHEM JIeTCKOM Bo3pacTte. OHAKO 3HAUUTENLHO OOJbIIIEe
HapylleHUi1 MeTaboM3Ma roJIOBHOTO MO3Ta IPU MU TH-
YeCKHUX CUHIPOMaX OCTAIOTCSI HEM3BECTHBIMMU.

CTaHOBUTCS MOHSTHBIM, YTO OOJbIIASl POJIb B MATO-
(busmonornyeckux MexaHmM3Max SMUIETTUYECKOTO MPH-
MajKa MPUHAIEKUT TeHETUIECKH JeTePMUHUPOBAHHBIM
HapyleHUsIM OOMEHHBIX U (pepMEHTATUBHBIX MPOIECCOB
TOJIOBHOTO MO3Ta, MPeX/Ie BCero — HelpoMeauaTOPHLIM.
[laHHOe HampaBjeHue SIBJIeTCS] OMHUM M3 0A3UCHBIX IO
M3YYEHUIO ayTU3Ma Kak 0oJiee IHUPOKOTO MOHSITHUSI Mallb-
(bopmanuii ronoBHOro Mo3ra. B aTom HampaBieHUU uccie-
JOBaHMWI CETOIHS JOCTUTHYTHI ONIpeeIeHHbIC yerexu. Tak,
B HACToOsIee BpeMsi M3BECTHO, YTO OJIHUM M3 BAPUAHTOB
Majib¢opManuii roJJOBHOTO MO3ra SABJISETCSA 0COObIH BHT
HenpaBWJIbHOT0 ()OPMUPOBAHNS KOPHI F0JIOBHOTO M0O3-
ra — quccaHnedanusa no Tuny cobblestone. JlaHHbIi BU
AHOMAJIMM MO3ra TECHO CBA3bIBAIOT C META0OMYECKMMU
PACCTPOCTBAMM B MBIIIIAX, OTHOCSAIMMMHUCSA K MUONA-
THsM. Takas cBg3b HANLIA CBOE OTPaXKeHHE B MOCJETHEH
Knaccugukanuu Maabhopmanmii roJJoBHOro Mmo3ra. Coue-
TaHue JUCcCaHLIehaTNU 1 META0OIMYECKOTO PACCTPOIiCTBA B
MBIIIEYHOI TKAaHU Y MO3Te BHECEHO B KJIaCCU(UKAIIUIO OT-
JIeJIbHBIM pa3ienioM — «JIUCTpOriMKaH-JIaMUHUH KOMILIEKC
aHoMmaJIMii ¢ cobblestone Majibopmalreit ¢ BpOXKIACHHOM
MBbILLIEYHOM aucTpodueii uim 6e3 Heer». O6acTh 1eheKTOB
TJIMKO3UIMPOBaHUST ObICTPO PACIIMPSIETCS, UTO CBSI3AHO C
MOBBIIIEHUEM YPOBHSI KIIMHUYECKUX 3HAHUI U OMOXUMU-
YeCKMX TeXHOJIOTU. PaccTpoiicTBa IIMKO3UIMPOBAHUSI
BbI3BaHbI HapYIIEHUSIMU CMHTe3a N-CBSI3aHHBIX OEIKOB,
O-cBsI3aHHBIX O€JKOB WK U TeX U Ipyrux. HaliieHo okoJio
500 reHOB, YYaCTBYIOLIMX B CUHTE3€ U (DYHKIIMOHUPOBAHUK
[JIMKOMPOTENHOB, 1 MTOXO0XKE, YTO elile O0JIbllee KOJTUIECTBO
nedeKTOB MPeacTOUT UAeHTUGULIUpoBaTh. JAucTpoduH-
TJIMKOMPOTEUH — MHOTOKOMITOHEHTHBIN KOMILUIEKC, CO-
CTOSILIMI 13 CBSI3aHHBIX MEXIY CO00Il BHYTPUKIIETOUYHOTO
LIUTOCKEJIeTa C BHEKJIETOUHBIM MAaTPUKCOM B MBIIILAX.
MpbliiedyHast AMCTpodus SIBAsSETCS pe3yabTaTOM pa3pbiBa
9TUX KOMILJIeKCOB. M aTOT mpolecc ycyrybisercs: us-3a
aHOMAaJIbHOM CTPYKTYPbI O€IKOB, TAKMX KaK IUCTPOMDUH WIN

CapKOIJIMKaH, WIK U3-3a CHUXKEeHUS (BIUIOTb 10 OTCYTCTBUSI )
[JIMKO3UIMPOBaHUS albbha-aIuCTPOranKaHa, YTO TPUBOIUT
K HapyLIEHUIO CBSI3bIBAHUS C BHEKJIETOUHBIM JIUTAHIOM.

YuutbiBasi 00IIHOCTb MEXaHM3MOB BO3HUKHOBEHHUSI,
IJI BCeX cjaydaeB xapakTepHbl nugdy3nas MpimeyHas
TUNOTOHHUS, MaJb(OPMAIIMHA IOJOBHOTO MO3ra, SMUIPH-
CTYNbI C PA3/IMYHOM CTENEHbI0 TSKECTH UX NMPOSIBJIEHMIA.
V nammenTtoB ¢ Fukuyama congenital muscular dystrophy
u Walker-Warburg syndrome onucana aucmiasusi KOpbl
noJIymapuii Mo3ra no tumy cobblestone («0yJIbLKHUK»), B
psiae ciiydaeB IMATHOCTMPOBAHA NMOJUMUKPOTHUPHUS.

BaxHy1o pojib B pe3UCTEHTHOCTU U TpaHchopMaluu
MPUCTYIIOB Y OOJIbHBIX C TeHEPAIM30BAHHBIMU TUCTEHE3U-
sIMU 1LiepeOpabHOI KOPHI UrpaloT pacCTPOMCTBa MOHHBIX
KaHaJIOB TOJJOBHOTO MO3ra, paboTa KOTOPbIX B HACTOSIILEE
BpeMsI MHTEHCUBHO u3yvaeTrcsi. MOHHO-KaHalbHbIe U3Me-
HEHUSI HallUIM CBOE OTPaXKEHME B CJIEAYIOIIMX MpUMepax.
JleTckast abcaHCHasl aNMJIeICUsl paccMaTpUBaeTCsl Kak
TeHETUYeCKOe PACCTPOMCTBO MOHHBIX KaHAJIOB, KOTOPOE
3aKaHYMBAETCS] CAMOCTOSITENILHO B IETCKOM Bo3pacTte. EcTb
psn 3a0o0JieBaHM, TTPU KOTOPBIX UMEETCS] COYeTaHUe Cy-
JIOPOXKHOTO CUHAPOMA U CUMIITOMOB HEWPOMEIUaTOPHBIX
paccrpoiicts. Hanpumep, nipu cunapome ICCA (infantile
convulsions and choreoathetosis) reH, OTBEeTCTBEHHbIN 3a
BO3HMKHOBEHWE COBMECTHO HacJeayeMbIX MH(aHTUIbHbBIX
CYIOpOT ¥ TIApOKCU3MaJIbHOTO XOpeoaTeTo3a, KapTUpoBaH
B neputieHTpoMepHOM 10-cT perrone 16-it XpOMOCOMBI.
H3onupoBaHHas mapokcu3MalbHasi KWHE30TeHHAs IUC-
KWHE3Ms CBSI3aHa C elle OAHUM cerMeHTOM (24-cM) Toii ke
xpoMocoMbl. I'eHeTHYeCKass acconuanus poJaHAMdecKoi
3MWIETICUHU, TAPOKCU3MAJIbHOI TMCKUHE3NH U TUCYEro cna3-
Ma NpeanoJI0KUTEIbHO TAKXKe CBA3aHA C YYACTKOM JJIMHOM
6 cM Ha 16-ii xpomocome. MMeroTcst yKazaHusl Ha TO, YTO
HEKOTOpbIe BApMAHTHI MUKpolLiedaTnii ¢ SIS TUIECKUMU
MPUCTYIIaMU, KpOMe HapyllleHUsT (POpMUPOBAHUST KOPBI TO-
JIOBHOT'O MO3Ta, UMEIOT TMCMOP(dUI0 Oa3aJbHBIX FAHIJIUEB C
HapyleHreM HelipoMenuaTopHoro ooMeHa. Takum cocTosi-
HMEM SIBJISIETCSI ayTOCOMHO-TOMUHAHTHAast MUKpoliedanusi ¢
M3BEeCTHBIM MyTaHTHBIM TeHoM TUBB2B, npu kotopoii BbI-
SIBJISTIOT aCUMMETPUYHYIO TIOJTMMUKPOTUPUIO C AHOMATUSIMU
CTBOJIa MO3Ta U 0a3aJIbHBIX TaHTIMeB. [ToyueHHbIe TaHHbIE
MMEIOT Bee 0oJblliee KITMHUYECKOe TPUMEHEHME.

Ileas uccienoBaHus: BbISIBUTH OCOOCHHOCTH TEUCHHUS
SMUIENTUYECKOTO CUHAPOMA, ONMpPEeneSUTh BO3pacTHOM
MePUO/I MOSIBJIEHUS TAPOKCU3MOB 1 KIMHUYECKU I OTBET Ha
MPOTUBOCYOPOXKHYIO TEPAMUIO Y AeTell paHHETO BO3pacTa
C IVCTeHUSIMU TOJIOBHOTO MO3Ta.

Marepuaj, MeToAbl ¥ pe3yJIbTaThl HCCJIeT0BAHUA. M bl
MPOBEJIM aHAJIU3 UCTOpUli Oosie3HU 35 meTeil B Bo3pacTe OT
1 Mecsma 10 3 JeT ¢ SNUISNTUIECKUM CUHIPOMOM, Y KO-
TopbIX 10 faHHBIM M PT Bu3yanusupoBanu maibGopmannu
TOJIOBHOTO MO3ra.

Xapaxkmepucmuxa MPT 201061020 M032a y 06c1€008aHHbIX
60abHbIX. AHATM3UpOBaIu ckaHbl B pexkumax T1, T2 u Fast
Flair. O6Hapy>uBanu rpyobie pacCTpoiiCTBa BHyTPUYTPOOHOIM
OpraHu3alMy KOPbI TOJIOBHOIO MO3ra: y 16 GOJIbHBIX — IIBY-
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CTOPOHHIOIO MOJIMMUKPOTUPHIO; Y 10 OOJBbHBIX — paauo-
Jloruyecku HenudhepeHIIMPOBaHHYIO KOPY ¢ MPU3HAKaMu
TUTIOIIa31 K TOJIOBHOTO MO3Ta; Y 4 G0JIbHBIX — MaxUrupuio-
JccaHuedanuio o Tumy cobblestone; y 2 60JbHBIX — pac-
MPOCTPaHEeHHY0 (hOKATBbHYIO KOPKOBYIO TMCTLIA3MIO Ha (DOHE
MOJIUMUKPOTUPHUH; Y 3 O0IBbHBIX — TeMUMeTalIoHIIe(haTnio ¢
HaJIMYMeM B YBEJIMYEHHOM MOJYIIApUU JUCCOHIIehATUN 1
TETEPOTOIUY T10 TUITY «IBOMHOM KOPBI».

Kpome obGHapyxeHMsT y 00IbHBIX TpyOOro HapyleHus
CTPOEHUSI KOPBI TOJIOBHOTO MO3ra, y 14 6osbHbIX Ha MPT
OTMeYaIu MepUBEHTPUKYISIPHOE MOBBIIIIEHUE 9XOCUTHAJIA
MPEUMYIIECTBEHHO BO3JI€ JOOHBIX M 3aTbUIOYHBIX POTOB
KeJTyTOYKOB MO3ra, TpakKTyeMoe HaMM KaK OTpaxkKeHue
UIMOTIATUYECKOTO MeTabonyeckoro (6ojee BEpOSITHO —
HelipoMeauaTopHoro) aedexra. ¥ Bcex malueHTOB OTMeUeH
HEUYETKO BbIPaKEHHBbII Mepexo/1 OT OeI0ro K CepoMy Bellle-
CTBY, paclllupeHue cydapaxHOUAaIbHbIX MPOCTPAHCTB U
JKEJTYIOUKOBOM CUCTEMbI (TUTTIOTLIA3MsI MO3Ta), YMEHbILIEHHE
B pazMepax CyOKOPTUKATbHBIX CTPYKTYP.

[e010T anuIeNTUYECKUX TPUCTYIIOB COCTOSIICS Tpe-
HMMYIIECTBEHHO B BO3pacTe 3—6 MecsI1eB, pexe — B MePBbIi
MECSIL )KM3HU. Y 7 00JIbHBIX IPUCTYTILI OSIBUIMCH B [IEPBbIE
CYTKH KU3HHU.

XapakTep IapoKCU3MOB:

1. XaoTUYHBIHA reHepaJnu30BaHHbIN MHOKJIOHYC, 3a KO-
TOPBIM Yallle BCETo CICAYIOT TOHUUECKUE SMUIETITUIEeCKE
CIIa3Mbl, HAIIOMUHAIOUIKWE KIMHUYECKUI NAaTTePH paHHEH
MUOKJIOHMYECKOM 3HI1IehaonaTu, CBSI3aHHOM C pacCTpoii-
cTBOM MeTtabosn3ma (12 yen.).

2. PacnpocTpaHeHHbIi JIMTeTbHbIIA MUOKJIOHYC (8 yelt.).

3. Ilponyabcun 0e3 runcapuTMuu (2 peGeHKa B BO3-
pacrte 6 mec.).

4. @okaibHbIe H BTOPHYHO-TEHEPATM30BAHHBIE IPUCTY-
bl y 00JBHBIX C PAaCIPOCTPaHEHHOM (hOKaTbHOI KOPKOBOM
nucruiasueii (2 pedbeHka).

5. Y 7 60AbHBIX AEOIOT IMIPUCTYIIOB COCTOSICS B IEPBLIE
cyTku. [TpuCTynbl MpoTeKaJu B BUAEC TOHUYECKUX CMa3-
MOB, peXe — MHOKJIOHMIA, HAMOMMHAIU KIMHUYECKUI U
3JIeKTpo3HLedatorpadpuiyeckuii naTrepH cuHapoma Ora-
Xapa CO «BCIIBIIIKOI — moaaBjieHueM» Ha DOT.

V Bcex 00JIbHBIX IPUCTYIIBI IIPOTEKAIM C YTPATOii CO3HA-
HUS. B HEBPOJIOTMUECKOM CTaTyce B TIEPHOA HOBOPOXKIEH-
HOCTH yYallle TOMUHUPOBaJIa MblllIeuHasi TMIIOTOHUS. B mo-
cJIeyIoNIeM y BceX O0JIbHBIX OTMeUeHa 3aJepkKa peayKIIMu
TOHUYECKUX pediekcoB ¢ HOpMUPOBAHUEM IBUTATEIbHbBIX
PaCCTPOMCTB. Y BceX O0JbHBIX OTMEUaIn 3a1ePKKY IICUX03-
MOLIMOHAJILHOTO Pa3BUTHSI PA3TUYHOM CTETeHU BbIPaKEH-
HOCTH. Y 5 AeTeii IUCreHUU MO3ra CoYeTaaruch ¢ IOPOKaMU
JPYTUX OPTaHOB U CUCTEM: aTpodueii 3puTeIbHbIX HEPBOB,
[JIYXOTOM, aHOMAJIMEN pa3BUTHUS MOYEK, TIOPOKAMMU CEPILIA.

Kak npaBuio, npu nepBoM cOYeTAHHOM BBeJIEHUU Mpe-
NapaToB JeNaKuH + JeKcaMeTa30H WM Kenmnpa + rekcame-
Ta30H NPUCTYIIbI NPEKPAIIAJIUCH, 00JIee BEPOSATHO pearupys
HA JIeKCAMETA30H.

Bropas cepusi mapoKCuM3MOB MOSIBIsIIACH B CpeIHEM
yepe3 2—3 mecsua. [IpucTynbl HOCUIM BTOPUYHO-TeHepa-

JIN30BaHHBIN XapakTep, pexe — reHepainu3oBaHHbIil. Kak
MPaBUJIO, T0OABJISIIA BTOPOU aHTUKOHBYJIBCAHT: IEMaKUH +
JIaMUKTaJl + JeKcaMeTa3oH, WM Tornamakc + AenakuH +
JIeKcaMeTa30H, WM Kemmpa + JermakuH + JeKcaMeTa3oH,
WM cadpui + Kenmpa + Aekcamerason. [Tocie no6asieHus
BTOPOTO AaHTUKOHBYJIbCAHTA Y MOJOBUHBI OOJbHBIX MPU-
CTYIIbI MTPEKPAIIAINACH, a y APYTOil MOJOBUHBI TpaHChOP-
MMPOBAJTUCH U HOCWJIM T€HEPATU30BaHHbBIA TOHUYECKUIA
XapakTep ¢ MPUCOETUHEHUEM Y YACTH OOJIbHBIX TPUCTYTIOB
T10 TUITY «3aMUPaHUsT», TOXOKMX Ha MPUCTYTIBI TP JETCKOM
abcancHoi snuiencuu. Eme ogHa oco0eHHOCTh Oblia
BbISIBJIEHA Y OOJIbHBIX C TeHepaJM30BAHHBIMU MaJib(op-
MalUAMHA KOPbI FOJIOBHOTO MO3ra: COYeTAHHOE MOsIBJICHHE
SMUNPUCTYNOB M TOHMYECKUX MAPOKCU3MOB. OHY HAUMHATIU
0eCMOKOUTH OOJIbHOIO Ha BTOPOM-TPETHEM MECSILIE XKU3HU
1 UMEJTU MPAKTUYECKU aO0COTIOTHYIO PE3UCTEHTHOCTD K Te-
panuu — aHTUKOHBYJIbCaHTaM (B T.4. OeH3011a3en1MHaM) u
MHopenakcaHTaM. ToHruYecKre NapoKCU3Mbl HOCUJIN YHIY -
JIMPYIOIIUI XapaKTep, CAMOCTOSITEIbHO MOSIBJISLIUCH U TIpe-
KpalajJuch, HAIOMUHAs TeYeHUe a0CaHCHOM SMUJIETICUU.

BoiBoabt

1. Xapaxrep sanujieNTUYECKUX MPUCTYTIOB B ONpeieeH-
HOI cTerneHU 00JIbliie 3aBUCUT OT BO3PACTHBIX U3MEHEHUIA
pPELENnTOPHbIX U HEUPOTPAHCMUTTEPHBIX MEXAHU3MOB
MO3ra, YeM OT HaJIMYMsl WU OTCYTCTBUS LepeOpaTbHbIX
MaJibhopmMaluii Mo JTaHHBIM HEMPOBU3YaIU3aLIUN.

2. BoisiB/IeHa 0COOEHHOCTh SMUJICITUYECKUX ITPUCTYIIOB
y UCClelyeMbIX OOJIbHBIX: CKIOHHOCTb K TeHepau3aluu
B e010Te M IMOCTENeHHOe HapacTaHue (POKaJbHBIX MPO-
SBJICHUM.

3. XapakTep pa3BUTUSI SITUJICTICUM Y UCCIIEAYEeMbIX 00JTb-
HbIX 00Jiee BEPOSITHO UMUTUPYET TeUEHUE 3a00J1€BaHUSI ITPU
paccTpoiicTBax MOHHBIX KaHAJIOB.

4. BeisiBUTh XapakTep (BUA) SNMUMPUCTYIIOB Y 00C/Ie10-
BaHHbBIX OOJBHBIX B 3aBUCUMOCTH OT BapraHTa MajibhopMa-
LMY (IMCTeHMM) KOPbI TOJJOBHOIO MO3ra He yIajloCh.

Y/[K616.831-009.11-053.2+[616.831+616.12]-
007.17]-031.86

EBTYLLIEHKO C.K., COXAHb A.A., MOPO3OBA T.M.,
EBTYLLUEHKO A.@., LUECTOBA E.I1., EBTYLLIEHKO O.C.,
CABYEHKO E.A.

AOoHeL K O6GAQCTHOW AETCK KAMHUYECKNM LIEHTO
HerpopeabuanTaLmm

COYETAHHASY AUCTIAA3NG MO3TA U CEPALIA
Y AETEN C LEPEEPAABHBIM MAPAAVMOM
W EE BAUSHUE HA PEABUAUTALIMOHHbIN
MPOLEECC

HepebpanbHblii mapaauy (L) — Henporpeccupytoliee
MopakeHue roJOBHOTO MO3ra, OOYCIOBIEHHOE €ro Helo-
pa3BUTHEM, AHOMATUSIMU PA3BUTUSI WU TOBPEXIECHUEM
Ha paHHMX 3Tarnax OHTOreHe3a Mo/l BO3AEHCTBUEM MYJIBTH -
(hakTopuanbHbIX puunH. PakTopos, Bei3biBatomux L1,
JIOCTaTOYHO MHOTO, MOXHO TOBOPUTH O MOJUITUOJOTUY-
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